Aneurysms of the vein of Galen are rare congenital abnormalities that have been diagnosed more often at necropsy than in life.1 2 There is often an associated arteriovenous malformation draining into the aneurysm. The clinical presentation depends on (a) the size of the aneurysm, which if large may compress the aqueduct of Sylvius and the posterior end of the third ventricle, causing hydrocephalus and (b) the magnitude of blood flow through any associated arteriovenous fistula. In most instances there is a large arteriovenous shunt which causes cardiac failure.
The results of surgical and non-surgical management of this latter group is extremely difficult and is associated with a high mortality. Recently, however, some success has been reported with copper coil embolisation of the aneurysms. 3 Early diagnosis is therefore necessary so that such treatment can be electively planned.
In this report we describe six cases of vein of Galen aneurysms seen in the last 15 years, four between June 1986 and April 1988, showing the various modes of presentation. The clinical signs and investigations used to establish the diagnosis are also described.
Case reports Table 1 summarises the clinical presentation and  course of the infants and table 2 shows the investigations performed.
CASE 1 (INDEX CASE)
A boy, born at full term and weighing 3200 g, was A boy, born at full term and weighing 3800 g, was delivered vaginally after an uneventful pregnancy to a 38 year old mother of four. His Apgar scores were 9 at 1 minute and 10 at 5 minutes. Routine examination showed his head circumference to be 39 cm; this was greater than the 90th centile for his gestational age.
Cerebral ultrasound showed a central echo free cystic lesion compressing the aqueduct of Sylvius (fig 3) . He was seen by the paediatric neurologist and referred for contrast computed tomography, which confirmed hydrocephalus with dilatation of the lateral and third ventricles and an aneurysm of the vein of Galen, obstructing the aqueduct of Sylvius (fig 4) When seen at 8 months his head circumference was considerably greater than the 90th centile. His scalp veins were.dilated and he had slight proptosis of his right eye. A cranial bruit was heard. He was referred to the neurosurgical unit at another hospital where he had carotid angiography: this showed an arteriovenous malformation in the region of the right lateral ventricle draining into an aneurysm of the vein of Galen. The aneurysm was obstructing the aqueduct of Sylvius.
At 13 months posterior fossa exploration was attempted with a view to ligating some of the feeding vessels, but haemorrhage was so severe that the operation was abandoned. Despite the apparently hopeless outlook after the failed surgery he survived until 8 years of age. In the intervening years he developed a progressive hemiplegia but had only mild developmental delay. He developed spastic quadriplegia in the last months of his life and died of pneumonia.
Discussion
The vein of Galen, or great cerebral vein, is formed by the union of the two internal cerebral veins. It drains into the straight sinus. Arteriovenous malformations are congenital vascular anomalies that vary greatly in size. They consist of a convoluted mass of blood vessels fed by large arteries and drained by increasingly large veins. Aneurysmal dilatation of the vein of Galen occurs when one or more abnormal arteries connect directly into it. As a result of this arteriovenous connection a shunt is established. This lesion is quite different from arteriovenous malformations elsewhere in the brain, where aneurysmal dilatation of the draining veins does not occur.
Arteriovenous malformations may present with symptoms at any age from infancy to the sixth or seventh decade but most commonly cause problems in the age group of 25 to 35 years. The initial manifestations are usually haemorrhage in about 50% of cases, seizures in 25 to 30%, focal neurologic deficit in 3 to 5%, and recurrent headaches in about 5%.4 When the presentation occurs in infancy, however, and especially in the newborn, the arteriovenous malformation is usually associated with an aneurysm of the vein of Galen and because there is usually a large blood flow through the consequent arteriovenous fistula, heart failure dominates the clinical presentation. While the newborn infant continues to pose major management problems, early diagnosis of the malformation is essential if a planned surgical or embolic approach, or both, is to be undertaken before the infant is in a critical state. Close attention to clinical signs and the use of echocardiography and cerebral ultrasound should facilitate an early and definitive diagnosis of this rare though important anomaly.
